aged 9 years, before this Section on November 26, 1915.1 According to Cantonnet's analysis of cases, nearly twice as many females as males are affected, a striking contrast to the condition as seen in later life. Hereditary syphilis is responsible for the majority of cases, although a few are recorded in which the syphilitic infection occurred during infancy.
The pupillary signs are usually the first to appear and optic atrophy with complete blindness may follow. The percentage of cases showing optic atrophy is much higher than in adults. Loss of the deep reflexes occurs early and lancinating pains are complained of in 25 per cent. of cases, as compared with 75 per cent. of adult cases. The bladder is occasionally involved, the first symptom-as in the present case-usually being intermittent incontinence. Ataxia very rarely develops, and neither crises, girdle pains, nor trophic lesions have been reported.
For comparison with this case I am also showing one of early Friedreich's ataxia. It will be seen that the only signs which the two cases have in common are loss of the kneeand ankle-jerks. The case of Friedreich's ataxia shows general muscular incodrdination with an ataxic gait and normal pupillary reactions, whilst the case of juvenile tabes exhibits Argyll-Robertson pupils but no ataxia.
Case of Early Friedreich's Ataxia (Shown for Comparison
with the Case of Juvenile Tabes Dorsalis).
By C. WORSTER-DROUGHT, M.D.
S. B.. BOY, aged 14 years. Physical signs: Pupils equal and react normally: lateral nystagmus is observed only at times. Knee and ankle-jerks absent. Early pes cavus with extensor plantar reflexes. He walks on a wide base with considerable ataxia of the cerebellar type. Romberg's sign positive. Some incoordination of both arms and legs with dysdiadokokinesia. Occasional nodding tremor of head, especially after exertion.
The Wassermann reaction is negative in both the blood and cerebro-spinal fluid and the cerebro-spinal fluid is normal in all respects.
No history of the disorder in the patient's family can be traced, Specimen of the Spleen from a Case of Gaucher Splenomegaly.
By 0. L. ADDISON, F.R.C.S., and HAROLD PRITCHARD, M.D.
(I) Mr. 0. L. ADDISON. I THINK this condition is sufficiently rare to warrant the exhibition of a specimen from it at the Section. It was removed from a female child 1 year 7 months old, under the idea that the case was one of splenic anumia. The symptoms appear to be characteristic, namely, enlargement of liver and bronchitis ; and the sections of the spleen are characteristic too.
Dr. Harold Pritchard, whose patient Lthe child was, will give further details.
(II) Dr. HAROLD PRITCHARD. The patient first came under my care six months previously and was regarded as a case of splenic anmmia. As the child appeared to be going downhill Mr. Addison was asked to remove the spleen. This he did, the removal being followed by some improvement in the child's health.
Previous to operation the blood picture showed an anemia of the chlorotic type with a leucopienia and a relative lymphocytosis: after excision of the spleen the blood showed a leucocytosis of 15,000 to 25,000; this is usually the case. The patient is one of three girls, the other two being in good health; the family history is negative. The father gives a positive Wassermann reaction, the mother a negative Wassermann and the three children a negative Wassermann.
The average length of life of patients suffering from Gaucher's disease is nineteen and a half years ; they become progressively anaemic and death takes place from intercurrent disease.
Description of the Specimen. Weight, 17 oz. Dimensions 6* by 4 by 22 in.
Colour paler than normal. A uniform diffuse enlargement with no capsular tbickening. The hilum glands were slightly enlarged.
Note the large masses of cells with clearly defined nuclei which fill the blood sinuses. These cells are endothelial in character and are probably derived from the lining cells of the sinuses. There is no pigment seen in. this specimen. Similar masses of cells are described as occurring in the liver and in the bone marrow.
DISCUSSION.
Dr. F. PARKES WVEBER said it was clear that Gaucher's disease was a systemic disease, affecting not only the spleen but the whole reticulo-endothelial system of cells, including the Kupffer cells of the liver, endothelial cells in the bone-marrow, &c. The peculiar " large clear cells" or "Gaucher cells" were distended with some substance, apparently a lipoid substance; in fact, in this disease this system of cells seemed to constitute a store-house of lipoid material. Mr. Addison had kindly allowed him to have a piece of the excised spleen in the present case, and by examining microscopical sections of it with crossed Nicol's prisms, Dr. J. W. McNee had proved the absence of doubly refracting lipoid and had shown that the substance infiltrating the cells in question was not a cholesterine lipoid. F. S. Mandlebaum, in America, maintained that the substance was not a cholesterine lipoid, but some combination of protein and lipoid. This disease was, Dr. Weber therefore thought, of the nature of some "inborn error of metabolism," and should be grouped with the diseases which Sir Archibald Garrod had described as due to an inborn error of metabolism, including alkaptonuria, cystinuria, congenital heematoporphyrinuria and congenital steatorrhea. To the same group of diseases should probably be assigned congenital functional abnormalities and deficiencies of organs or tissues, such as of the bone marrow in congenital heemolytic jaundice and congenital hiemolytic aniemia and the tendency to an aplastic type of anemia. This view would account for the occasional familial occurrence of Gaucher's disease. Was there a familial history in the present case ?
Dr. J. W. McNEE said the disease was not quite so rare as the exhibitors considered it to be; this was the third example of the condition of which he had seen sections since 1920. Clinically it was most often mistaken for splenic anemia. The present specimen showed the type of cells better than any specimen he had seen. There was no doubt that in the cells there was some abnormal material, probably of a lipoid nature. He did not think its chemical constitution had yet been discovered, but it was not akin to cholesterin fat. What it resembled most closely, microscopically, was the material in amyloid degeneration, but obviously it had no relation to that condition.
Dr. KNYVETT GORDON said that Mr. Addison had sent a piece of the spleen to him for examination and it had shown no sign of fat. He (the speaker) had been interested in tracing the origin of the Gaucher cells; he had recently seen several cases of Gaucher's disease in Vienna. If one stained frozen sections, by Giemsa's stainmounting in glycerine-one could trace the origin of these cells; they could be seen in almost every stage, the primitive blood cell, then cells resembling leucoblasts, then cells as in the sections. And there were many cells of the type which Marschalko described; they could not be seen in heematoxylin-stained sections.
Dr. F. J. POYNTON asked whether it was possible to diagnose this disease during life? If so, was it right to remove the spleen? Did such removal benefit the patient ?
Dr. CAUTLEY said the points raised by Dr. Poynton were very important. If the view expressed by Dr. Parkes Weber was correct, namely, that the condition represented an error of metabolism, it seemed clear that mere removal of the spleen would be unlikely to cure it, still less would splenectomy have any effect if Gaucher's disease were a general affection of reticular cells throughout the body. WVhat was Mr. Addison's view about the prognosis, and as to how the child was now developing?
Dr. F. PARKES WEBER, in further comment, said he did not think that because a disease was not limited to the spleen, it followed that splenectomy must necessarily be useless. A disease might affect a tissue-system or cell-system of the body, and yet splenectomy might do good. Familial or congenital haemolytic jaundice likewise affected the reticulo-endothelial system of the body (but in another way) and yet, although the disease affected the liver as well as the spleen, removal of the spleen successfully carried out did good in very many cases.'
Mr. ADDISON (in reply) said that in the cases of which he had looked up the records and in which the spleen had been removed that operation had not affected the course of the disease at all; the liver had continued to enlarge. That seemed to be the prevalent idea. Therefore, unless in this case the patient's condition should improve very much and the liver cease to enlarge as a result of the operation, he did not think the right treatinent in the future would be removal of the spleen. He believed the disease in question had been diagnosed from puncture of the spleen. 
Case of Fragilitas

